Reproductive ability of an adult female with Silver-Russell syndrome' SUMMARY An adult female with typical features of Silver-Russell dwarfism gave birth to a viable infant. Despite the abnormalities in sexual development that may be associated with the SilverRussell syndrome, fertility is not necessarily impaired, at least in females.
The growth and development of children with the Silver-Russell syndrome have been studied (Silver, 1964; Tanner et al., 1975) . There is, however, virtually no information available about adult patients with this syndrome. It is known that both male and female Silver-Russell dwarfs develop secondary sexual characteristics (Rimoin, 1969; McDowell and Sproles, 1973) but fertility of these patients has not been described previously.
Case report
The patient is a Puerto Rican female, born when her father and mother were 24 years of age. She was the second of 3 children; the 2 sisters were normal and over 152 cm tall. A paternal aunt and a paternal uncle are short in comparison to other family 'Supported by a grant from the National Institutes of Health (GM 19100 Motor development was slow, with poor head control until 8 months of age, and walking began at 2 years. Language development was normal, however, and the patient's intelligence remains above average.
Evaluation at another hospital in New York City at age 9 years revealed a height of 99 cm (50th centile for 31 years) and weight of 11-8 kg (50th centile for 21 years). The diminished size of the right upper and lower extremities was noted. The development of sexual characteristics was described as early, but the exact age was not recalled. Menarche occurred at age 11 years in the patient, and at ages 13 years and 15 years in her younger and older sisters, respectively. Bone age was less than 6 years at 9 years chronological age, and was 8 years at 11 years, 8 months of age.
The patient married a paternal first cousin, and at 26 years of age gave birth to a son after a 7-month gestation. Delivery was uncomplicated, and the infant's birthweight was 1927 g. The son had bilateral cleft lip and palate, normal intelligence, and stature slightly below the third centile, but did not have features of Silver-Russell syndrome.
At the time of this investigation, the patient was 32 years old, her height was 131 cm and weight 25 kg. She had microcephaly with a head circumference of 48 5 cm. The face is triangular with mild micrognathia and turned down corners ofthe mouth (Fig. 1) . The palate was slightly high arched, and the teeth were crowded. The left pinna was simple and larger than the right. The hairline was normal for a female. The neck was not webbed, and the chest configuration was normal and symmetrical. Breast development was normal. The abdomen appeared protuberant because of a lordotic posture. There was female distribution of pubic hair. The trunk and extremities were asymmetrical (Fig. 2) (Reister and Scherz, 1964; Silver, 1964) .
The electrocardiographic findings are particularly interesting since the Wolff-Parkinson-White syndrome has never been reported in association with Silver-Russell dwarfism. The dermatoglyphic findings of a low total ridge count in comparison with other family members is in agreement with one published study of the Silver-Russell syndrome (Rimoin, 1969) . However, other investigators have reported normal total ridge counts in Silver-Russell patients (Brehme and Schroter, 1967) . The patient's father was not available for study, but one can assume that his ridge count was high, since the patient's sister had a higher total ridge count than her mother.
Autosomal dominant inheritance or the occurrence of a single gene mutation has been proposed as the genetic basis for appearance of this syndrome (Fuleihan et al., 1971 (Silver, 1964) , and also have narrow pelvises. Silver described raised urinary gonadotropins, early development of menarche, and secondary sexual characteristics, premature oestrogenization of the vaginal mucosa, and retarded bone age in comparison to sexual development. This patient's menarche occurred somewhat earlier than that of her sisters, and her history indicated a discrepancy between bone age and secondary sexual development. Her urinary gonadotropin levels are now within the range of normal women in their reproductive years. Unfortunately, her urinary gonadotropins were not measured when she was a child.
